gnosis is Ritter's disease in which Nikolsky's sign is often positive and would account for the skin separating wherever the infant was touched; drug rashes due to bromides and iodides may be congenital and exfoliate. Naevoid Hypertrophy of the Lower Limbs, with Gigantism of Digits (Klippel-Weber-Trenaunay Syndrome) s E J,Moynahan FRCP K C, female, aged 13 months History: The condition was noticed at birth, when extensive port-wine staining was seen to involve both lower legs and buttocks. The left great toe and the 2nd and 3rd digits of the right foot were larger than their fellows on the opposite side. The left foot shows an unusual cleft running from the first interdigital space in a semilunar direction across the sole similar to that seen in some Mongols. Since she was first seen in June 1960 there has been considerable paling and breaking-up of the port-wine stain.
Pregnancy was normal. She has one sib (sister aged 41 years) who is well. There is no family history of skin disorder or any other abnormality. The child is beginning to walk and has passed the usual milestones for her age.
Investigations: X-ray shows no deformities of the hip, but gigantism of the phalanges in the affected toes is obvious.
Comment: Hmangiectatic hypertrophy of a limb, usually lower, although uncommon is not as rare as one might imagine. I see a number of cases showing this developmental anomaly each year at the Hospital for Sick Children. Girls are affected more often than boys and the left side seems to be involved more frequently than the right suggesting some mechanical factor in development, analogous with that seen in the pathogenesis of microphthalmia in the chick, where compression of main vessels on one side of the head during development may be responsible. The condition may involve half of the body and give rise to true hemi-hypertrophy: bilateral and contralateral involvement occurs. Gigantism of the whole limb may be produced or the hypertrophy may be confined to part of the extremity, as in the present case, where there is gigantism of the toes.
This anomaly and allied congenital angiomatous conditions leading to increase in size of the affected part are obviously due to developmental anomalies in the whole or part of the vasculature of the region affected. It has been described under various designations by different authors, depend-ing upon which vascular element predominates: for example, congenital phlebectasia (Bockenheimer 1907); angiectasis (Smith 1882) or congenital varicose veins (Petit 1880) . In this country, cases of hypertrophy of the lower limb associated with hzemangiomata were shown by Hawthorne (1902) and Roxburgh (1902) . Parkes Weber (1907) saw a case in which nearly all of the left side was involved but Little had previously reported a similar case involving the right side in 1893. Klippel and Trenaunay's classic paper did not appear until 1900, but the condition had long previously been recognized by Virchow (1855) and Hebra & Kaposi (1876) as elephantiasis telangiectodes and Rokitansky had given a good account of the pathology. The German authors recognized the congenital origin of the malady but regarded it as a new growth and mistook the significance of the connective tissue although they noted that the vascular elements usually predominated.
Many of the milder cases tend to improve as the vascular channels close down with increasing age of the child; more severe cases in which arteriovenous communications are numerous or well established may develop gangrene in the affected limb or cardiac failure associated with the left ventricular hypertrophy which is a consequence of the altered circulatory hydrodynamics so that amputation may be necessary. Dr E J Moynahan: The milder cases get better without amputation, but if there is gigantism of any degree a majority of these will have to lose the limb. In most of these naevoid conditions, with temporary overgrowth in the early stages, the nxevus seems to disappear as the child gets older and there is no need for interference.
Acquired Albinism with Intraocular Depigmentation Anne Maguire MRCP (for E J Moynahan FRCP) L K, male, aged 52, a postman, attended Guy's Hospital with blisters of the hands on 19.4.60. He had had rheumatic fever as a child. There was no relevant family or personal history.
On examination: Infected pompholyx of both hands. The patient's skin was completely depigmented, the entire body skin being pale except for a patch on the anterior surface of the neck, periorbital areas, and a small patch on the posterior surface of the neck; these areas were brown in colour. The scalp hair was white with a spattering of black hairs over the occipital area. The body hair entirely depigmented except for a few pigmented hairs on the anterior surface of the shins.
He stated that this condition began about thirty years ago while he was in the Army; at that time his Army pass book had stated his eyes were brown. One or two pale areas had developed on the extensor surface of both forearms. These gradually increased in size until the whole of the upper arms became depigmented. At this time he was abroad with the Army and suffered severe sunburn of these areas. During the course of the next few years the skin became depigmented on the lower limbs and trunk.
Six years ago he became aware that his eyes had turned from brown to blue.
During the past two or three years he had had great difficulty with his vision, particularly on bright sunny days, or when he glanced at a white surface, such as a white wall with reflected sunlight. He stated that his eyes hurt and that headaches developed.
Investigations: Minimal erythema dose (M.E.D.) was 15 sec at 18 in. (normal for this lamp is 40 sec at 18 in.). X-ray skullnormal pituitary fossa. X-ray chest normal. 17-ketosteroids 8-8 mg/24 hours. W.R. and Kahn negative. Liver function tests, E.S.R. and full blood count all normal. Eyes (Dr P Gardiner): 'The condition is not seriously affecting the eyes, although he is photophobic. According to the patient's statement there has been loss of iris pigment (brown eyes becoming blue). However, a considerable amount of pigment remains and although the retine are well pigmented there is a pigment disturbance in the periphery of the left retina, particularly below and temporally.'
Incidentally, this patient had a basal cell carcinoma of the frontal area of the scalp.
Treatment: Pompholyx of the hands, treated with local applications of unguentum hydrocortisone 1 00, cleared in two to three days.
Ophthalmologists are of the opinion that the photophobia will gradually become worse, and they wish to observe this patient during the course of the next few years. At first we thought we would label this case universal vitiligo, but now perhaps acquired albinism would be a more appropriate description. Comment (Dr E J Moynahan): We brought this case because of the loss of pigmentation by the normally pigmented intraocular structures in association with the almost total vitiligo, and as we could find no record of vitiligo affecting the eye, although the eye is always involved in albinism and albinoidism (partial albinism). Albinism is generally believed to be due to the absence of the enzyme tyrosinase which is essential for the conversion of tyrosine into melanin (a defective enzyme would produce the same effect). This enzyme is present only in melanocytes and is controlled by various factors. A possible clue to the sparing of the ocular structures in most cases of vitiligo is to be found in the different embryonic origin of the melanocytes inside the eye from those of the rest of the body. The latter, as is well known, arise from the neural crest but those of the eye arise from tissue which separates before the formation of the neural crest. There is also a physiological difference in melanogenesis which seems to be limited to a very short period in development of the eye, in contrast with the almost continuous process in the skin and the equally permanent inhibition of its production by melanocytes at other sites.
Dr J Pegum: This is a most noteworthy case and it would be interesting to know what the skin looks like under the electron microscope. At the meeting of this Section held at the Royal Marsden Hospital in June 1960 we were shown some beautiful electron microscope photographs which illustrated that there is one sort of melanocyte in vitiligo and another in albinism. It raises the question of whether some of the condi-
